Alpha-I-antitrypsin deficiency is well known as a cause of early progressive emphysema. It may also be associated with recurrent panniculitis. Only 18 cases associated with severe panniculitis have so far been described and we believe this is the first case to be reported from Great Britain.
at 2.81, (75% predicted normal). The patient's father died at the age of 48 years from asthma and emphysema probably due to alpha-Lantitrypsin deficiency. The remaining family are in good health and serum studies are awaited.
Dapsone 100 mg daily cleared the panniculitis over 2-3 days and was stopped after 2 weeks. Dapsone was successfully used in short courses for two further episodes in subsequent months.
Discussion
Alpha-I-antitrypsin deficiencypanniculitis is rarely described, with only 18 cases in the literature since the first report in 1972 1 .2. Alpha-I-antitrypsin is a serum protein produced by an autosomal co-dominant gene and it is the main protease inhibitor in the body, active against many proteases", the main one being neutrophil elastase. Ninety-five per cent of the population have the normal phenotype PiM (Protease inhibitor M). In the PiZ phenotype, alpha-I-antitrypsin is produced at the normal rate and is capable of normal function but it is not secreted into the blood. Only 15% enters the circulation while the remaining 85% accumulates in the hepatocytes, Research suggests that below 40% normal levels the risk of emphysema is 80-100%4. The prevalence of the PiZZ phenotype in UK is around 1 in 3500.
The proposed mechanisms of disease are shown in Figure 2 . In the lung, neutrophil elastase breaks down the alveolar elastin and the increased numbers ofneutrophils in the lungs caused by smoking lead to early emphysema and death around the age of 50 years 4.6 • In the skin, neutrophil elastase attacks the supporting tissues and fat. Elastin is rendered more vulnerable to degradation by the abundant fatty acids", Trauma may trigger panniculitis by leading to accumulation ofneutrophils which release their proteases. Alpha-I-antitrypsin also modulates immune mechanisms through the complement cascade and chemotactic factors.
The histology of alpha-I-antitrypsin deficiency panniculitis is non-specific showing an acute inflammatory lobular panniculitis with abundant neutrophils and marked necrosis. These features sometimes help to distinguish it from lobular panniculitis of other causes" but are not diagnostic in themselves, so that the serum alpha-l-antitrypsin estimation is always essential.
Dapsone was effective in 6 of the 18 reported world cases", while steroids, antimalarials, immunosuppressants and cytotoxics gave an inconsistent response. Alpha-I-antitrypsin replacement therapy, has been used to prevent emphysema in deficient patients? and also in a few cases of associated panniculitiss, 'Prolastin' (Miles Inc. Cutter Biological) is Case presented to Section of Dermatology, 18 January 1990 The Royal Society of Medicine given as weekly intravenous infusion of 60 mg/kg and can be obtained in the UK on a named patient basis.
It is not clear why so few cases of alpha-I-antitrypsin deficiencypanniculitis have been described but the condition is probably underreported. Alpha-I-antitrypsin deficiency is often an incidental finding in the protein electrophoresis or acute phase protein screen but serum alpha-I-antitrypsin level should be estimated in all cases of panniculitis.
Even allowing for underdiagnosls, the number of patients with panniculitis and/or emphysema are many fold less than expected suggesting that other factors are important. Patients should be counselled about the dangers of smoking and alcohol ingestion, which lead to early emphysema and liver disease (hepatitis, cirrhosis and hepatoma) respectively", Family members should be traced and phenotyped to identify those at risk.
Pelvic abscesses can occur as a result of rectal perforation. However, rectal perforation due to blunt pelvic trauma usually requires sufficient force to disrupt the pelvic ring 1 • 2 • Case report A 15-year-oldgirl presented to casualty having fallen heavily onto her buttocks whilst running. She was crying and had a tender right buttock. Pelvic X-rays demonstrated a mild pubic symphysis diastasis; she was given analgesics and discharged. She represented 5 days later with increasing right buttock pain, a 3-day history of constipation, now absolute and difficulty passing urine.
On examination she was distressed and unwell, pyrexial (3S.S0C) and her pulse was 96. Rectal examination revealed a soft boggymucosa with a fluid collectionaround the rectum, and was exquisitely tender. White cell count 24700/111. A pelvic abscess was diagnosed, she was catheterized and cefuroxime 1.5 g three times a day and metronidazole 500 mg three times a day was started intravenously. Ultrasound confirmed a pelvic abscess and CT scan further demonstrated rectal compression (Figure 1 ).
After 24 h she spontaneously discharged 700 ml of watery green pus per rectum. This continued in decreasing amounts over the next 3 days, her temperature settling. She became well, the catheter was removed and she was discharged after having her bowels open normally. On review she remains well.
A rectal tear as a result of blunt injury is most likely to occur just proximal to the anus, the bowel being most fixed and least distensible at this point", Injuries may be intra-or extraperitoneal and occur above or below the levator mechanism. Extraperitoneal injuries may be painless due to the lack of nerve endings above the dentate line", Lower injuries may be palpable per rectum and the presence ofblood on the examining finger mandates proctosigmoidoscopy although up to 30% of tears may not be visible".
Extraperitoneal and subcutaneous emphysema are reported but rare and diffusion of extraperitoneal air may show as free gas under the diaphragm on an erect chest X-ray, in the absence of peritoneal damage 2 ,5.
Bacterial seeding (predominantly bacteroides), into perirectal tissues leads to pelvic abscess formation and may lead to bacteraemia or septicaemia -systemic infection accounting for nearly all serious complications and deaths".
